The predicted incidence of liveborn monozygotic trisomy 18 twins is one per million births. The first case of liveborn monozygotic trisomy 18 twins was reported in 1989 and we report a second case in which striking phenotypic discordance existed. The probability of monozygotic trisomy 18 twinning and the mechanisms for phenotypic discordance in trisomic twins is discussed. Case report A 26 year old white woman, gravida 2, para 1-0-0-1, with a twin pregnancy, was admitted to hospital at 27 weeks' gestation because of premature rupture of membranes and preterm labour. Ultrasonographic examination at this time showed discordant fetal measurements: biparietal diameters 71 and 60 mm, and femur lengths 48 and 44 mm (values for twin A and twin B, respectively). Twin A, who had fetal measurements appropriate for gestational age, had a two vessel umbilical cord and an umbilical artery blood velocity systolic/diastolic ratio (S/D ratio)= 2 5-3@1. Twin B had a "lemon shaped appearance of the fetal head" (fig la) and a cystic spine defect at the level of the lumbar vertebrae consistent with a 
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The first case of trisomy 18 in liveborn monozygotic twins differs from this case report in that less striking phenotypic discordance was reported: omphalocele in twin A and clitoromegaly in twin B.3 Two cases of presumptive monozygotic trisomy 18 twins with only twin A liveborn have been reported. Neither study presented genetic evidence of monozygosity. In one report,7 one of the twins was viable and the other had major malformations including holoacardius. In the other report, the liveborn twin died at 15 minutes of age. 8 In contrast to the apparent rarity of monozygotic trisomy 18 twinning, monozygotic twinning with trisomy 21 has been reported frequently and discussed extensively. The twins in this report were observed to be discordant for phenotypic features as seen in differing major congenital malformations. Two explanations exist for congenital malformation in twins: (1) the germ cell theory, which assumes the defect to be present in the gametes, and (2) the environmental theory, which assumes the defects occur after fertilisation.'8 Since the twins in this report were monozygotic and, therefore, of similar genetic constitution, it seems most likely that intrauterine environmental effects caused the differences in their malformations.
Loevy et al'9 noted discordant anomalies in monozygotic twins with trisomy 13 and suggested that the presence of a chromosomal abnormality itself may predispose to a variable range ofphenotypic anomalies.
This case of liveborn monozygotic twins with trisomy 18 is the second reported observation. We suggest that the increased fetal wastage seen in trisomy 18 acts to reduce the overall observed incidence of liveborn monozygotic twins with trisomy 18. The predicted incidence of one per million births, based on the probability of monozygotic twinning and trisomy 18 occurring together, may greatly overestimate the true incidence of monozygotic twins with trisomy 18.
